(1-0 g protein/kg/day). At 9 months of age, after several weeks of poor feeding, she developed ketoacidosis for the first time. She had another severe episode of acidosis at 11 months of age which was complicated by staphylococcal sepsis and dietary protein deficiency. She has persistently refused to eat, necessitating gavage feeding. Her growth retardation was severe, but has improved during the last year so that now her weight is at the 50th centile for her age, as is her head circumference, while her height is at the 50th centile for a 21-month-old. There has been some developmental delay.
Discussion
Some reported patients have presented clinically with features of ketotic hyperglycinaemia with deficient glycine cleavage activity. One patient with hypotonicity and respiratory depression accompanied by hyperglycinuria, propionic acidaemia, and hyperammonaemia, all suggesting ketotic hyperglycinaemia resulting from PCC deficiency, was found to have normal propionyl coenzyme A carboxylase activity, but deficient glycine cleavage activity.4 Several other patients with glycine cleavage deficiency have had hyperglycinaemia, ketoacidosis, hyperammonaemia, propionic acidaemia, and deficient propionyl coenzyme A carboxylase activity in their fibroblasts.7
Our patient, on the other hand, initially manifested findings consistent with non-ketotic hyperglycinaemia but in fact had propionyl coenzyme A carboxylase deficiency. She shows further that neither the initial clinical presentation nor the ratio of CSF to plasma glycine concentrations can be used reliably to differentiate between the types of hyperglycinaemia. Moreover, it is possible that some non-ketotic hyperglycinaemias are reflections of additional genetic heterogeneity in the propionyl CoA carboxylase deficiencies. Alternatively, nonketotic hyperglycinaemia may simply represent a secondary inhibition of the glycine cleavage system by abnormal metabolites which accumulate in propionyl coenzyme A carboxylase deficiency.
Regardless of the aetiology of hyperglycinaemia, the correct diagnosis and differentiation between the types of hyperglycinaemia is therapeutically important. 
